Long-term outcome of total colonic aganglionosis.
No single surgical procedure for total colonic aganglionosis has clearly been proven to be superior. We present our experience and the long-term results of a standard Duhamel's pull-through procedure in the management of this rare form of Hirschsprung's disease. A retrospective study of all cases with Hirschsprung's disease diagnosed in our institute from November 1983 to December 2004 was conducted. All operated patients with total colonic aganglionosis (TCA) had a diversion in the first week of life. Duhamel's pull-through was the definitive procedure for all operated patients and was performed between 6 months and 1 year of age. All patients and their parents were contacted for an extended follow-up, ranging between 30 months and 21 years. Incontinence was assessed on the basis of soiling in the diaper between two consecutive defecations in the younger group of patients and the need for a diaper in the older age group. Hirschsprung's enteritis was regarded as severe if the patient's condition did not improve on conservative management and the patient needed an ileostomy post-pull-through. Thirty-six cases with Hirschsprung's disease were diagnosed during the study period. Twelve patients (31.4 %) had total colonic aganglionosis, confirmed at laparotomy, and underwent a diversion. Eight underwent definitive surgery during the first year of life. All operated patients had a standard Duhamel's pull-through as the definitive procedure. Four cases were not operated: two had Waardenburg syndrome with lethal total aganglionosis, one had multiple anomalies, and the last patient with mid-jejunal involvement died while awaiting a definitive procedure. Familial incidence was apparent in two sets of siblings. Leakage followed by stricture occurred in one patient. Hirschsprung's enteritis was diagnosed in three patients. In two, the enteritis was mild, while one patient required an ileostomy which was performed elsewhere. Half of our patients have an almost normal number of daily bowel movements (1 - 2 times). The long-term results of a standard Duhamel's pull-through for TCA are good in terms of continence, bowel motion, and physical development.